[Pompe and his disease].
Johannes Cassianus Pompe (1901-1945) studied medicine in Utrecht and trained in Amsterdam as a pathologist. In 1932 he reported on his findings in a girl of 7 months, who had succumbed to extreme hypertrophy of the heart. Microscopical analysis showed accumulation of glycogen not only in the heart, but also in the liver, kidneys and skeletal muscles. Pompe's life was cut short near the end of World War II, when he was arrested and eventually executed by the occupying forces. Currently Pompe's disease has been classified as glycogen storage disease type II, caused by deficiency of the lysosomal enzyme alpha-glucosidase. If the deficiency is partial, the disease manifests later in life, as muscle weakness. Enzyme replacement therapy is now feasible.